usually there are only occasional plasma cells, lymphocytes, neutrophil and eosinophil leucocytes, or red corpuscles. There are one or two phagocytes containing red corpuscles. The venous capillaries are well defined; their endothelium is swollen; their lumina contain numerous neutrophil leucocytes, many large mononuclear leucocytes and eosinophil leucocytes, relatively few lymphocytes and occasional cells resembling the swollen endothelium.
In Herxheimer preparations fat granules are confined to a few spindle fibrocytes in trabeculhe. No doubly refractile substance is demonstrated by the polariscope. No substance is stained by the Weigert-Pal method. Very few granules of iron were found on searching sections of tissue, which, after fixation either in alcohol or in formaldehyde, had been stained by the Prussian blue method reinforced by heat.
(2) Splenic and (3) Hepatic Lymph Glandg.-Some of the cortical nodules contain pale centres similar to those in the spleen. The lymphatic sinuses contain a large number of free round endothelial cells, of which a few contain ingested red corpuscles. Amongst the free endothelial cells are small lymphocytes. There are a few large lymphocytes containing karyokinetic figures in the medullary strands.
No fat is demonstrated by Herxheimer's method, and no iron by the Prussian blue method reinforced by heat.
Remarks.-The appearances in the spleen are those of a subacute inflammation, with a remarkable degeneration of the walls of the arterioles and arterial capillaries. The lymphatic glands show sinus-catarrh.
Dr. F. PARKES WEBER said that he had been obliged to alter his view in regard to some of these cases of hypercholesterinemia with chronic jaundice, xanthomatosis (especially "sheet-like" cutaneous xanthoma of the neck), and splenomegaly. In some cases he thought that the primary factor was a constitutional metabolic abnormality, giving rise to hypercholesterinemia, which in its turn led to xantbomatosis of biliary ducts, giving rise to more or less obstructive jaundice, still higher hypercholesterinemia, increased cutaneous xanthomatosis, and a kind of " lipoid splenomegaly " (S. C. Dyke).' History.-Pigmentation of the face evidently present in childhood, for at age of 8 her school teacher used to say to her, "Go out at once and wash yourself, you dirty girl."
Gaucher's Disease
At the age of 10, several attacks of severe epistaxis. Catamenia commenced at the age of 13, and from the onset the loss appears to have been excessive. Attacks of severe epistaxis occurred at the ages of 26 and 27. Two years later patient noticed a lump in the left hypochondrium and began to have periodic attacks of pain in this region.
At the age of 30 the lump had increased in size and caused the abdomen to swell. Patient was admitted to St. George's Hospital, where treatment by medicine is alleged by the patient to have "dispersed the lump." (Her case-notes for that time are not available.) For a period of six years, between the ages of 32 and 38, the patient suffered from severe menorrhagia and metrorrhagia, and later bleeding occurred from the gums and lasted for nine months. At this time she was treated by her doctor with raw meat and red wine because of an3mia. At the age of 46 she suffered from several attacks of slight haemoptysis. Menopause occurred at the age of 47. She then experienced a return of the abdominal pain and the lump reappeared.
In December, 1916, the patient was admitted to the London Hospital under the care of Dr. Theodore Thompson. The spleen was found to reach 2 in. below the level of the umbilicus. The edge of the liver was felt about 2 in. below the right costal margin. There was no enlargement of lymphatic glands.
In January, 1917, splenectomy was performed by Mr. Sherren. Adhesions were found to the diaphragm and parietal peritoneum. The liver was slightly enlarged but showed no evidence of fibrosis. There was no free fluid in the peritoneal cavity.
Progress.-The patient has had no pain since the operation. She states that the face and arms have become much less brown. During the last twelve months she has complained of noises in the ears, bitemporal headache following needlework or reading, and occasional attacks of hwemoptysis. She has never suffered from h tmatemesis, meltena nor heematuria. The intima of the largest of three arteries in the hilum showed very faint, fatty powdering; the other arteries and veins appeared to be normal. Nodules averaging 0 * 4 cm. in diameter, the largest being 1 7 cm. in diameter and 0 * 3 cm. high, raised the capsule all over the outer surface. On section the largest nodule showed numerous yellow and purple dots and streaks in a ground of red darker than that of the rest of the pulp. The rest of the pulp was dark red beset with closely-packed very small white specks; amongst these were trabeculhe, which could be distinguished as narrow streaks, pin-head purple hemorrhages, and several yellow calcareous nodules, of which the largest measured 0 -4 cm. in diameter.
Microscopic: Sections were taken to include the nodules projecting upon the surface and the heemorrhages in the pulp.
The Malpighian bodies are few and small; in the subcapsular nodules they are reduced to a few small remnants. The pulp is occupied by numerous round and oval acinar masses of large cells. In the subcapsular nodules these masses are exceptionally large and occupy almost the whole of the pulp. Almost all the large cells have a diameter four times as great as that of a red corpuscle, but many are much larger; there are many multinuclear giant forms. The cells are polygonal with rounded corners, or spherical. The cytoplasm shows a reticulum enclosing vacuoles which are usually small but sometimes large. The nucleus is relatively small, having a diameter equal to a quarter or a third of that of the cell. It is round, oval, or more often crenated. The structure resembles that of the nuclei of the endothelial cells of the venous capillaries except that the nucleoplasm is usually very deeply stained. Pyknosis is frequent; karyorrhexis and karyolysis are less common, although many cells have lost their nuclei. The multinuclear giant-cells are only slightly larger than the larger mononuclear cells. Six nuclei are frequently present. They are irregularly placed, but tend to lie in peripheral planes. They are often distorted and pyknotic.
The cytoplasm is tinted brown by Herxheimer's scarlet red but no fatty substance is demonstrated by this stain, the Smith-Dietrich method, or the polariscope.
Laidlaw's silver impregnation shows occasional reticular fibrils within most of the cellular masses, so that these masses clearly occupy the reticular strands of the pulp. Other masses appear to distend venous capillaries, particularly in the subcapsular nodules; there appear, indeed, to be transition forms between the large cells and endothelial cells lining venous capillaries. But this has not yet been proved, because in the sections stained so far to demonstrate elastic fibres the elastic rings in the walls of the venous capillaries have not been stained.
Amongst the large cells is a variable number of red corpuscles, eosinophil leucocytes and, less numerous, neutrophil leucocytes and lymphocytes. In the subcapsular nodules there are patchy, fibrotic areas in which the fibrils of the reticulum are increased in number, are stained deep red by van Gieson's method, and enclose only a few of the large cells and a few lymphocytes and plasma cells. The pulp strands that are not occupied by the large cells contain lymphocytes, free reticulum cells, red corpuscles, plasma cells and eosinophil leucocytes.
The hEemorrhages are into and about the sheaths of arteries just before they reach Malpighian bodies; there is one iron-pigmented scar in a similar position.
Remarks.-The condition of the spleen is typical of Gaucher's disease. Professor Mandelbaum. asked for sections, and confirmed this diagnosis in his acknowledgment.
Comment.-Gaucher's disease is rare, and the patient described here is the only authentic case admitted to the London Hospital. The condition was first described in 1882 by Gaucher [1i who believed that it was a "primary epithelioma " of the spleen. Bovaird [21, in 1900, described the changes in the liver as well as in the spleen, and drew attention to the familial incidence of the disease. Mandlebaum and Downey [3] , in 1916, were the first to suggest that the disease was fundamentally a disturbance of metabolism. Lieb [4] and others [5], [6], [71 have since produced evidence that the Gaucher substance is "kerasin-a galacto-lipin." Brill [8] in 1904 was the first to draw attention to the presence of Gaucher cells in thebone-marrow. In 1922, Pick [9] discovered a gross osseous form of the disease. He described cases with marked skeletal changes in the form of erosion of the corticalis, pathological fractures, and angular curvature of the spine. Junghagen [10], in 1926, called attention to the use of radiograms of bones in the diagnosis of Gaucher's splenomegaly. In every case of splenomegaly of obscure origin it is important, therefore, to radiograph the bones. Histological examination of bone-marrow obtained by trephining or puncture has also proved of value in diagnosis.
It has only recently been pointed out [11] that some cases of Gaucher's disease show thrombocytopenia and that in such cases the low platelet count is restored to normal by splenectomy. The severe and constantly repeated haemorrhages in Gaucher's original case [11 suggest that thrombocytopenia was present.
Splenectomy may be indicated as a palliative measure to relieve certain symptoms such as an8mia, purpura with hwmorrhages from the mucous membranes, or the pain and discomfort from the heavy viscus. It is not a curative procedure, nor does it prevent the development of bone involvement. In our patient a slightly low platelet count is present thirteen years after operation. The tendency to haemorrhages has diminished. Its significance is now difficult to estimate, owing to the presence of hyperpiesia. But the operation has afforded the patient complete relief from abdominal pain and discomfort. Ib has also established the diagnosis.
